Table 1  Case characteristics
Twenty-nine subjects (10 sporadic FTLD-TDP, 10 C9orf72-associated FTLD-TDP, 9 neurologically normal controls) selected by consensus review of the UCSF Neurodegenerative Disease Brain Bank. Case identifiers are brain-bank accession numbers. Values are per case; group summaries give mean ± SD.
	Case
	Group
	Sex
	Age
	Clinical diagnosis
	Primary neuropathological diagnosis
	C9orf72
	PMI (h)
	ADNC
	Braak NFT stage
	Thal phase
	CERAD
	LBD stage
	CAA
	Other neuropathological findings

	P2143
	Sporadic FTLD-TDP
	F
	54
	bvFTD (R temp)
	FTLD-TDP-B
	—
	16.7
	Not
	0
	0
	0
	—
	—
	Arteriosclerosis

	P2260
	Sporadic FTLD-TDP
	F
	62
	bvFTD-MND
	FTLD-TDP-B, ALS
	—
	42.3
	Not
	I
	4
	2
	—
	Present
	ARDC

	P2325
	Sporadic FTLD-TDP
	M
	66
	FTD-ALS
	FTLD-TDP-B, MND
	—
	12.1
	Not
	II
	0
	0
	—
	—
	non specific tauopathy

	P2331
	Sporadic FTLD-TDP
	F
	65
	bvFTD
	FTLD-TDP-B
	—
	8.5
	Not
	0
	0
	0
	—
	—
	AGD

	P2374
	Sporadic FTLD-TDP
	M
	72
	bvFTD-MND
	FTLD-TDP-B
	—
	6.7
	Not
	IV
	0
	0
	—
	—
	AGD, diffuse; ADRC

	P2434
	Sporadic FTLD-TDP
	F
	67
	ALS
	ALS-TDP
	—
	5.3
	Low
	II
	4
	2
	—
	Present
	Atherosclerosis

	P2472
	Sporadic FTLD-TDP
	M
	56
	nfvPPA-ALS
	FTLD-TDP-B, MND
	—
	12.9
	Not
	0
	0
	0
	—
	—
	—

	P2946
	Sporadic FTLD-TDP
	M
	57
	bvFTD-ALS
	FTLD-TDP-B, MND
	—
	7.6
	Not
	0
	0
	0
	—
	—
	Argyrophilic grain disease, limbic type; Atypical tauopathy, affecting limbic structure

	P3169
	Sporadic FTLD-TDP
	F
	65
	ALS
	ALS-TDP, FTLD-TDP-B
	—
	12.7
	Not
	I
	0
	0
	—
	—
	FTLD-TDP-B; microinfarct aCC

	P3270
	Sporadic FTLD-TDP
	M
	76
	bvFTD vs. sbvFTD
	FTLD-TDP-B
	—
	10.0
	Intermediate
	IV
	3
	2
	—
	—
	Arteriosclerosis

	
	
	
	
	
	
	
	
	
	
	
	
	
	
	

	P2305
	C9orf72 FTLD-TDP
	M
	68
	bvFTD-MND
	FTLD-TDP-B, MND
	Expanded
	7.5
	Not
	III
	0
	0
	Limbic
	—
	ADRC

	P2308
	C9orf72 FTLD-TDP
	M
	71
	svPPA (right)
	FTLD-TDP-B, MND
	Expanded
	11.5
	Intermediate
	IV
	2
	2
	—
	—
	—

	P2377
	C9orf72 FTLD-TDP
	F
	65
	bfFTD
	FTLD-TDP-U
	Expanded
	17.6
	Low
	III
	1
	0
	—
	—
	Arteriosclerosis

	P2437
	C9orf72 FTLD-TDP
	M
	68
	FTD-ALS
	FTLD-TDP-U, MND
	Expanded
	9.0
	Low
	I
	1
	0
	—
	—
	AGD, limbic

	P2706
	C9orf72 FTLD-TDP
	F
	45
	bvFTD-ALS
	FTLD-TDP-B, ALS
	Expanded
	15.5
	Intermediate
	I
	1
	0
	—
	—
	PART

	P2793
	C9orf72 FTLD-TDP
	F
	76
	bvFTD
	FTLD-TDP-B, MND
	Expanded
	5.6
	Low
	I
	3
	2
	—
	—
	AGD, limbic

	P2845
	C9orf72 FTLD-TDP
	F
	41
	bvFTD
	FTLD-TDP-B, ALS
	Expanded
	17.1
	Low
	0
	2
	0
	—
	—
	Arteriolosclerosis

	P3094
	C9orf72 FTLD-TDP
	F
	52
	bvFTD-MND
	FTLD-TDP-B, MND-TDP
	Expanded
	8.6
	Not
	I
	0
	0
	—
	—
	Arteriosclerosis

	P3135
	C9orf72 FTLD-TDP
	F
	53
	bvFTD
	FTLD-TDP-B
	Expanded
	24.3
	Not
	I
	0
	0
	—
	—
	ALS-TDP; PART

	P3139
	C9orf72 FTLD-TDP
	M
	73
	bvFTD
	FTLD-TDP-U
	Expanded
	11.8
	Low
	III
	1
	0
	—
	Present
	Hippocampal Sclerosis; AGD, limbic

	
	
	
	
	
	
	
	
	
	
	
	
	
	
	

	P2394
	Control
	M
	76
	Control
	—
	—
	8.2
	Not
	I
	1
	0
	—
	—
	AGD, limbic

	P2594
	Control
	F
	86
	Control
	—
	—
	6.4
	Not
	II
	0
	0
	—
	—
	AGD, limbic

	P2921
	Control
	F
	82
	Control
	—
	—
	9.6
	Low
	I
	2
	0
	—
	—
	—

	P2937
	Control
	F
	60
	Control
	—
	—
	20.5
	Not
	0
	3
	0
	—
	—
	—

	P2942
	Control
	F
	67
	Control
	—
	—
	19.4
	Not
	0
	0
	0
	—
	—
	—

	P3041
	Control
	F
	78
	Control
	—
	—
	11.6
	Not
	I
	1
	0
	—
	—
	—

	P3045
	Control
	F
	84
	Control
	—
	—
	7.7
	Low
	II
	2
	1
	—
	Present
	Vascular brain injury, microinfarct, old

	P3075
	Control
	M
	72
	Control
	—
	—
	<19
	Not
	II
	2
	0
	—
	—
	—

	P3267
	Control
	M
	79
	Control
	—
	—
	8.8
	Not
	I
	2
	1
	—
	—
	old microinfarcts, insula, motor cortex

	Sporadic FTLD-TDP summary
	
	5M/5F
	64.0 ± 7.0
	
	
	
	13.5 ± 10.7
	
	
	
	
	
	
	

	C9orf72 FTLD-TDP summary
	
	4M/6F
	61.2 ± 12.4
	
	
	
	12.8 ± 5.7
	
	
	
	
	
	
	

	Control summary
	
	3M/6F
	76.0 ± 8.4
	
	
	
	11.5 ± 5.4
	
	
	
	
	
	
	



ADNC, Alzheimer disease neuropathologic change (National Institute on Aging–Alzheimer's Association); Braak NFT stage, neurofibrillary tangle stage; Thal phase, amyloid-β phase; CERAD, Consortium to Establish a Registry for Alzheimer's Disease neuritic plaque score; LBD, Lewy body disease; CAA, cerebral amyloid angiopathy; PMI, post-mortem interval; TDP-43 NCI, bvFTD, behavioural variant frontotemporal dementia; nfvPPA, non-fluent variant primary progressive aphasia; svPPA, semantic variant primary progressive aphasia; ALS, amyotrophic lateral sclerosis; MND, motor neuron disease; —, not applicable or not recorded.
Group comparisons: age, one-way ANOVA F(2,26) = 6.28, p = 0.006 (Kruskal–Wallis p = 0.009); post-mortem interval, F(2,25) = 0.14, p = 0.87; sex distribution, χ² p = 0.76. Controls were older than both patient groups, as is typical for post-mortem control cohorts; the groups did not differ in sex or post-mortem interval.
Post-mortem interval for case P3075 is recorded only as < 19 h and is excluded from the control-group mean (n = 8 of 9).
Cohort composition. Patient cases are FTLD-TDP type B/U: 16 of 20 are type B and three C9orf72 cases (P2377, P2437, P3139) are type U; one sporadic case (P2434) carries a primary diagnosis of ALS-TDP. Clinical presentations include FTD-ALS, ALS, nfvPPA-ALS and svPPA in addition to bvFTD. The 9 controls carry no FTLD-TDP designation and are excluded from the subtype denominator.
